'4 no evidence of lasm. EC:-freq t swraventricularectopics, often= -toigmiy; progressive reduction in QRS volages. No LE cells. Muscle enzymes normal. No radiol6gical evidence of gastrointestinal sclroderma, but low serumalbumin and absence of stainable iron in the bone marrow suggested a degree of malabsorption. Pulmonary function tests showed slight restrictive and obstructive defects, but normal carbon monoxide diffusion and arterial carbon dioxide tension.
Course: The appearance of the skin bcame increasingly typical of systemic sclerosis during the ensg months. Pericardial friction lasted about 10 days, and has not recurred. No cause for the pericarditis was evident other than the collagen disorder. The degree of cardiomegaly remained unchanged. The pleural changes at the right base became less obvious, but persisted.
Gradual clinical improvement followed treatment with bed rest, diuretics and iron; neither digitalis nor steroids were given. He retuned home in October 1969 but has not been able to resume work owing to persistent congetive cardiac failure and syncope, as well as stiffness of his hands.
Comment
This patient exhibited Raynaud's phenomenon as the presenting feature of a collag diseaw which later evolved into a typical systemic sclerosis.
Symptoms of heart disease began a yea ter the onset, the features being those of a cardiomyopathy, with insidious progression of cogestive cardiac failure, enlargement of the hrt, progressive reduction in QRS voltages, cardiac arrhythmia, hypotension and absence of evidnce of ischamic heart disease. The illness was punctuated by an episode of subacute pericarditis which, though it coincided with admission to hospital and some deterioration in general health, has been a less significant feature of the overall course of the illness than has the myocardial disease. Mr D S, aged 47. Office worker History: June 1964: developed weakness and stiffness of both hands, pain in lower back, hips and thighs. These symptoms settled within a few weeks and tests showed an ESR of 10 mm in I hour (Westergren) and, radiologically, early osteoarthrosis with acetabular cystic changes.
By November 1967 he had developed pan and moning stiffness in the hands, feet and knees, and the new symptom of effort dyspncea. Examination was native except forslight sweLling of the netacarpophalanea (MCP) joints. Tests showedHb l15 g/100ml, ESR44mn in 1 -hour, sheep cell agglutination titre positive 64: 2, latex test for rheumatoid factor positive. X-rays showed only slight osteoporotic changes in the hands-but patchy basal consolidation in the lung fields.
His symptoms progressed despite simple measures until his hospital admision in February 1968. At that time clinical examinaton showed active arthritis in the prox intphalaigeal (PIP) and MCP joints, the wrists, elbows, shoulders, feet and knees, and the right hip. No clubbing, lymphadenopathy or aema. He displayed no nodules, hepatoor speno-meply. Widepad basal crepitations in lung fields.
Hb 11-9 g/100 ml, ESR 73 mm in 1 hour with normal WBC and red cell measures. SCAT 16:2, latex positive and tests for antinucear factors negative. Protein electrophoresis showed a moderate excess of diffuse y-globulin.
Respiratory function tests (Dr Paul Forgacs, Regional Respiratory Laboratory, Brook Genral Hospital) showed no airways obstruction, grossly diminished vital capacity and impaired cabon monoxide transfer: Forced Vital Capacity (FVC) 2-4, Forced Expiratory Volume (FEV) 2-0 (expected 3-3), Vital Capacity (VC) 2X2 litres (expected 4-3 litres). CO Transfer Factor 10 ml/min per mmHg (predicted 28). Arterial CO, and 0, saturations were norual at rest, but no post-exercise value was obtained, for technical reasons.
These tests, together with the unchanged chest X-ray appearances, sted fibrosing ahteolitis, and because of the patient's steady symptomatic deterioration, with increasing effort dyspncea, he was started on steroids. After three weeks on 15 mg daily, the prednisolone was reduced gradually to a maintenance dose of 7-5 ng daily.
After three months, during which his joint pains and dyspnoea were only partially controlled, his hxemoglobin had risen to 14 7 g/100 ml and the Westergren ESR lhad fallen to 58 mm in 1 hour.
August 1969: The patient now showed central cyanosis on moderate effort and required further hospitalization because of increasing dyspnaea and joint pains and because he had suffered chest pains, mostly of a dull continuous type, unrelated to effort or eating but possibly influenced by changes in chest posture. Serial ECGs remained normal. Examination now showed little objective evidence of arthropathy despite the continuing widespread joint pains and stiffness. There were widespread basal crepitations and effort dyspnoea and cyanosis, evident on walking only some 10 metres. For the first four weeks in hospital he displayed a remittent pyrexia up to 39°C (102-20F).
Radiographs of the chest showed no change from the basal patchy consolidation and reticulation seen over the previous eighteen months.
Intvestigations: Hb 10-9-11 6 g/100 ml, with evidence of iron deficiency, normal WBC and platelet counts. ESR (Westergren) 104-122 mm in 1 hour. Proteins: albumin 2-7, globulin 5-0 g/100 ml, with electrophoresis showing a marked excess of diffuse y-globulin. Urea, electrolytes and blood and urine cultures all normal. LE cell phenomenon now positive and immunofluorescent ANF positive at a titre of 1:250.
Within 48 hours of increasing the daily prednisolone dosage from 7 5 to 60 mg the temperature had returned to normal and the patient was free of his joint and chest pains. Over the next ten days the prednisolone was reduced to 20 mg daily and effort dyspncea remained his only symptom. At this stage it was decided, because of the severe deterioration of the patient's condition over the past two years, with a very high ESR, deranged proteins and high steroid requirement, to use azathioprine which was started in a dose of 125 mg daily.
Over the past six months of outpatient follow up, the patient's progress has been maintained. He can now walk up to 800 metres comfortably and does not display effort cyanosis. It has been possible to reduce his therapy to azathioprine 100 mg and prednisolone 6 mg daily.
After six months of azathioprine hemoglobin is 1 36 g/100 ml, and WBC and platelet counts are normal; ESR 65 mm in 1 hour (Westergren); total serum proteins 7-9 g/100 ml (albumin 3-6, globulin 4 3), electrophoretic pattern normal. Blood urea and electrolyte levels remain normal.
Perhaps the most remarkable feature has been the improvement in the respiratory function tests (Dr Paul Forgacs), despite the constancy of the radiological appearances. By contrast with the tests of March 1968, the results obtained in March 1970 show improvement in FVC and carbon monoxide transfer: FVC 3, FEV 2-5 litres (predicted 3 3), VC 2-9 litres, CO transfer factor 18 ml/min per mmHg.
Discussion
There seems no doubt that this patient has fibrosing alveolitis on clinical, radiological and, physiological grounds. Patients with rheumatoid disease in whom this occurs nearly always develop a high titre of circulating rheumatoid factor and usually have marked erosive change and nodule formation.
In this patient the low level and eventual absence of circulating rheumatoid factor, the absence of erosive change and of nodules even after years of progressive disease, the repeatedly positive LE cell preparations and the presence of antinuclear factor in high titre were all pointers to a diagnosis of systemic lupus erythematosus.
While pulmonary changes are fairly common in systemic lupus erythematosus they usually take the form of pleural or pneumonic episodes, often of short duration and not generally of major clinical importance; progressive incapacity from fibrosing alveolitis does not seem to be a usual complication of this disorder.
This man was a pulmonary cripple at the time that treatment with azathioprine was started; it seems reasonable to attribute to this drug the improvement in pulmonary function shown by testing and the remarkable clinical improvement that has occurred since.
Xanthomato6is, Hyperlipoproteinemia (Type II, Fredrickson), Gout, Cardiac Infarction G 0 Storey MD MRcp (Hackney Hospital, London E9) Man, aged 43 First attended hospital on 22.5.68 complaining of pain in the chest for the past few months; ECG showed evidence ofposterior cardiac infarction. At this time he was found to have painless swellings of the tendo achillis, with tenderness and swellings over the tibial tuberosities. There were nodules in the extensor tendons of the left middle finger. These swellings had been present for many years without symptoms. Other investigations: serum cholesterol 860, serum uric acid 6-1 mg/100 ml. X-rays of hands and ankles normal.
